Adult-onset Still's disease (AOSD) is a systemic inflammatory disorder of unknown etiology that is characterized by high-spiking fever, arthralgia, sore throat, and skin rash. The typical rash of AOSD is an evanescent, salmon-colored erythema, which is considered to be the major diagnostic criterion. Recently, other cutaneous manifestations of AOSD, such as persistent plaque and urticaria, have been reported. Here, we report a rare case of AOSD presenting with periorbital swelling and erythema. A 47-year-old woman was presented with periorbital swelling, erythema, high fever, arthritis, and a sore throat. One year prior to admission, she was diagnosed with AOSD based on the diagnostic criteria of Yamaguchi. The patient's periorbital swelling and erythema may not have been associated with periorbital cellulitis because they did not respond to antibiotics but did improve after treatment with steroids. Considering all of her signs and symptoms with a history of AOSD, periorbital lesion was suspected as atypical cutaneous manifestation of AOSD.
Introduction
Adult-onset Still's disease (AOSD) is a systemic inflammatory disorder of unknown etiology that is characterized by high-spiking fever, arthralgia, skin rash, and other systemic presentations. Its clinical manifestations are diverse and its prevalence is very rare, thereby making its diagnosis difficult (1) . The typical AOSD skin rash consists of evanescent, salmon-colored, maculopapular lesions that usually appear during fever. These lesions are of great diagnostic value, especially in cases where the fever is of unknown origin. However, the other cutaneous manifestations of AOSD are not considered to have any diagnostic significance and are usually misdiagnosed as another condition (e.g., bacterial or viral infections, drug eruptions, hematological malignancies, or collagen vascular disease). Recently, other cutaneous manifestations of AOSD and their diagnostic importance have been reported (2) . Here, we report an unusual case of AOSD that presented with periorbital swelling and erythema.
Case Report
A 47-year-old woman was admitted to our hospital due to a 2-week history of periorbital swelling. One year prior to this admission, she presented with an episode of high fever associated with arthritis and maculopapular rashes on her trunk and limbs. At that time, she was diagnosed with AOSD based on the diagnostic criteria reported by Yamaguchi (1); high fever ＞39 o C, arthritis, skin rash, leukocytosis with neutrophilia, sore throat, negative rheumatoid and antinuclear factors, and the exclusion of other infections. After diagnosis, she was started on oral methylprednisolone at a dosage of 24 mg/day for six weeks. Within one week of steroid use, her high fever, arthralgia, and skin rash had improved. Over the next year, the methylprednisolone dose was slowly tapered to 2 mg/day without any recurrence. Other disese-modifying antirheumatic The clinical symptoms of AOSD include high-spiking fever, arthritis, skin rash, and sore throat. Of these symptoms, the typical skin rash is an evanescent, salmon-pink, maculopapular eruption, which usually appears along with the spike in fever. The rash is observed in more than 87% of AOSD patients and is predominantly found on the proximal limbs and trunk (7). The presence of the typical skin rash is highly sensitive and specific to the diagnosis of AOSD among patients who present with a fever of unknown origin that is not accompanied by a specific arthritis (1). Whilst a skin biopsy is not essential for the diagnosis of the typical skin rash, most patients with AOSD show mild perivascular infiltration of the superficial dermis with lymphocytes and histiocytes (8, 9) . On the other hand, AOSD can also be accompanied by a variety of atypical skin rashes, including persistent plaques, urticaria, acne-like lesions, alopecia, and bullous lesions (10) .
Recently, a case study reported an erythematous eruption similar to cellulitis that presented on the left thigh of a patient with AOSD that was successfully treated using steroids and methotrexate (11) . The histology of the cellulitis-like erythema was non-specific but was consistent with a typical Still's rash.
For patients who present with fever accompanied by skin rash, the differential diagnosis should include a range of infectious and non-infectious diseases. Particularly in the case of lesions that mimic periorbital cellulitis, diseases that should be considered in the differential diagnosis include angioedema, lymphoma and connective tissue disease such as dermatomyositis. There was a case report of AOSD presenting with angioedema of the lips, palms and soles (12) . In the present case, her initial symptom was similar with angioedema.
However, she had neither family history nor past history of angioedema. In addition, her symptoms lasted for more than 
Summary
Recently, an atypical manifestations of AOSD and their diagnostic importance have been reported. Here, we report an unusual case of AOSD that presented with periorbital swelling and erythema.
